Requests for reprints to Professor R. M. Goodman, Sheba Medical Center, Tel Hashomer, Israel. The patient appeared to be of normal intelligence, and stated that his father was approximately 180 cm tall and his mother was 170 cm tall. His parents were not related. He had 5 sibs, all of whom were of normal stature. No other family members had any of his malformations, according to the patient. The other family members were not available for study.
Discussion
Although the aetiology of the constellation offindings in this patient is unknown, there is some indication that they may be of genetic origin. Symphalangism by itself is almost always genetically determined (McKusick, 1978) and, when associated with other nmalformations to form a distinct syndrome, the cause is frequently genetic. Since other members of the proband's family were not available for study, Gastric adenocarcinoma due to ataxia-telangiectasia (Louis-Bar syndrome) SUMMARY A 26-year-old male with ataxiatelangiectasia died with a gastric adenocarcinoma. Malignancy is a recognised complication of this condition, the majority of cases being reticuloendothelial. There have been three reports of gastric adenocarcinoma associated with ataxiatelangiectasia; this, however, is the first in British published reports.
Case report
A 26-year-old male presented with weight loss, anorexia, and dyspepsia. Ataxia-telangiectasia had been diagnosed in childhood. The disorder had also been recognised in 2 of 8 Chromosome studies were not performed on the patient or his family.
Discussion
Ataxia-telangiectasia is characterised by progressive cerebellar ataxia, and degenerative changes occur in various sites in the central and peripheral nervous systems. Telangiectasia develop on the conjunctivae and over areas exposed to friction. Insulinresistant diabetes and disordered liver function may occur. Cell-mediated and humoral immunity are often impaired, and there is a high incidence of reduced or absent IgA, associated with sinopulmonary infections (McFarlin et al., 1972) .
A raised level of alphafetoprotein is an invariable finding (Waldmann and McIntire, 1972) . Chromosome fractures have been observed and there are defective DNA repair mechanisms (Paterson et al., 1976) .
The alteration in cell-mediated immunity and defective DNA repair mechanisms give rise to an increased incidence of malignant neoplasms and the majority of cases are reticuloendothelial (Peterson et al., 1966) . Transmission of the condition is autosomal recessive and there is an increased incidence of 161 neoplasia in heterozygotes (Swift et al., 1976) . It is, therefore, significant that the father of the patient described here had recently died of a carcinoma of the bronchus.
Haerer et al. (1969) reported two sibs aged 19 and 21 years who developed gastric adenocarcinoma. They had reduced IgA levels. A further two cases with gastric adenocarcinoma were described by Kondo and Horikawa (1975) , and a gastric neoplasm was found in a 14-year-old boy who had normal IgA (Watanabe et al., 1977) . This is a further report of gastric adenocarcinoma in a young person as a consequence of ataxiatelangiectasia, and it is therefore proposed that ataxia-telangiectasia be recognised as predisposing to gastric adenocarcinoma.
